(Figs. 1 and 2). They exhibit dwarfism to some degree and also mongoloid facies but these features are not always present. In any case they are not an early feature. The appearance of the skull is often characteristic in well developed cases. There is gross bossing giving the 'hot cross bun ' appearance, and enlargement of the malar bones. The anaemia is usually severe. There is pallor, which produces a muddy-yellow complexion, but no true jaundice. The spleen is greatly enlarged and firm. The liver is enlarged to a lesser extent. The blood shows a hypochromic anaemia which may be macrocytic or microcytic, but the volume index is low. The blood picture shows marked poikilocytosis, anisocytosis, polychromasia, excessive fragmentation, nucleated cells, basophilic stippling and target cells, and high normoblast and reticulocyte counts. The white cell count is also moderately increased. The myelogram reveals a very high erythroid reaction. There may be more than a reversal of the normal ratio of myeloid and erythroid cells .
Case Hrorns Case No. 1. ED., a Sinhalese boy aged 7 years, weighing 27 lb., height 3 ft. 54 in., was admitted to the Lady Ridgeway Hospital, Colombo, on May 5, 1950 , with a history of enlargement and deformity of the head for two years.
The lumps on the head appeared first as small nodules over the frontal region of the skull, one on each side, followed by two others on the parietal regions, which later extended to the occipital. While in hospital this patient developed an irregular pyrexia which lasted for over two weeks.
Two years before the present complaint the patient had had oedema of the whole body with fever for one month.
Both parents are alive and healthy. The patient was the third of five children, having two brothers and two sisters. The elder sister was pale and anaemic and showed a ' lump ' over the posterior part of the skull. She had three normoblasts per 100 white blood corpuscles. The red cells were normal and did not show any anisocytosis, poikilocytosis, or target cells.
Blood films were made from 20 members of the family including parents, brothers and one sister, maternal aunts and uncles, maternal grandparents and several first cousins on both sides, but they revealed no abnormality except in the elder brother and sister.
On examination the patient was seen to be undernourished, pale, and anaemic. There was gross bossing of the skull The bridge of the nose was depressed. The malar bones were prominent, the facies was mongoloid, the tongue was pale, moist, and clean. The pulse rate was 78 per minute; volume and tension were good.
The heart was within normal limits with normal sounds. The lungs were clear. The abdomen was distended but no free fluid was present. The spleen was enlarged to 6 in. below the costal margin with a smooth surface, firm consistency, and regular margin.
Blood analysis reports are set out in Table 1 . The x-ray appearances of the metacarpals and phalanges of the hand showed a mosaic pattern or lacing effect (Fig. 7) (Cooley, 1949) . The bossing of the skull, which produces the ' hot cross bun' effect or the grotesque lumps on the frontal and parietal or occipital regions, is due to the same reasons. In Fig. 2 the photographs of cases 1 and 2 show a striking facial resemblance. This is present even in the unrelated patients. The peculiar skin colour is apparent even in the dark brown skin of the Sinhaese, which takes on a muddy-yellow tint and is quite different from the colour produced by any type of jaundice.
The most striking change in the peripheral blood is the great preponderance of nucleated red cells, especially mature and partly mature normoblasts. In addition there are large numbers of target cells and abnormal forms, shapes, and sizes of red cells.
The enlarged spleen is usually the earlest sign.
The changes in it are probably due to its function of breaking down and disposing of the end-products of the fragmented cells. Whipple (quoted by Cooley, 1922) suggests that the storage in the liver of the haemoglobin-forming substances, which the marrow is unable to use, accounts for the hepatic enlargement. Cooley is of the opinion that the bony changes are an indication of a primary progressive abnormality of the marrow, or hyperplasia, due to long continued over-stimulation, and the bony striae are the result of irritation.
Polychromasia and a high reticulocyte count were present in our cases. The urobilin in the urine was within normal limits and the icterus index and indirect Van X-ry F _s All the bones rfeted the extreme marrow hyperplasia. In our cases the shafts of the long bones showed widening of the marrow cavity and marked trabeculation along their lngth. There was thinning of the cortex in parts. The traculation was best seen in the carpus and the phalanges, producing a beautiful picture of the mosaic pattern. Spontaneous fractures are said to occur in these bones but our cases showed no such evidence. The appearance of the skull is quite characteristic in cases of some duration. The bones of the vault are thickened and bossed, and later the stiking ' hair standing on end' appearance or the 'golliwog' skull. This is due to a hyperplasia of marrow between the inner and outer tables of the skull. These changs are also seen in sickle-cell anaemia but the thinning of the cortices is not so noticeable.
Wimtrobe (1946) refers to a minor form of this condition which he terms aem mior in conadisinction to thalassaia major which is the classical form of the disease. The former, he states, is present in the blood relations, parents and otier siblings, of the patient. We examined 20 blood films from near relatives and only in one sister did we find any deviation from the normal. There was no irregularity of the haemoglobin distnbution and there were no target cells, poilocytosis, or polychromasia. Chini and MalaguZi Valeri (1949) claim that there is a decreased fragiity to hypotonic salines in thalassaemia minor. We have not been able to investigate this. Nittis and Spiliopulos (1937) have suggested that this condition may be a peculiar form of malaria. None of our patients ever showed any malarial parasites in the blood. Their temperature charts were quite different to those of any type of malaral fever, but they were not given any anti-malarial remedies. Caminopetros (1938) claimed on the other hand that infecting his patients with malaria produced good results.
Szmmry
Four cases of Cooley's anaemia are reported from Ceylon in male Sinhalese children.
The two older patients showed marked radiological changes in the skull, long bones, and metacarpals and phalanges. The blood changes were typical. 
